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Abstract 
Prurigo pigmentosa is a an under-recognized clinicopathologic entity with characteristic clinical manifestations of recurrent 

erythematous macules, papules, papulovesicles and coalescing plaques, mainly on the neck, upper back and chest, leaving behind 
a reticulated pattern of  pigmentation upon resolution. Histologically, depending on the stage of the disease, there is a initially a 
perivascular infiltrate of neutrophils, neutrophilic spongiosis, necrotic keratinocytes which evolves into a lichenoid infiltrate of 
admixed lymphocytes and a few eosinophils and later,  pigment incontinence becomes apparent. The disease is often missed both 
clinically and histologically, due to unfamiliarity of dermatologists and dermatopathologists. Accordingly, the patients are often 
misdiagnosed as having “recurrent itchy eczematous rash, unresponsive to steroids”. Although the lesions tend to subside by them-
selves in each recurrence, minocycline, doxycycline and dapsone are effective in expediting the remission. Here we report a new 
case of prurigo pigmentosa in the United States with the intention of increasing the awareness to this entity and emphasize the criti-
cal role of strong clinicopathologic correlation in reaching an accurate diagnosis. Interestingly, we did not utilize any antibiotics 
for the patient, unlike the overwhelming majority of reported cases. This may suggest no medical intervention may be considered, 
if the symptoms are not intolerable.  

Keywords: Pigmentosa; Prurigo; Neutrophilic spongiosis

Introduction
Prurigo Pigmentosa (PP), is a rare or rarely diagnosed and/or 

reported dermatosis, first described by Masaji Nagashima in 1971 
[1,2]. In addition to Nagashima’s original study, most reported 
cases so far are from Japan, however, less number of cases 
have been reported from other parts of the world such as middle 
Eastern and European countries, Korea and a few from the U.S. 
[3-9]. It appears that the lack of familiarity with this disease, both 
clinically and histopathologically, is the main culprit in its under-
reporting in non-Japanese population. Here we present a new case 
of PP in a Hispanic man, whom we diagnosed based on a strong 

clinicopathologic correlation. By presenting and sharing this case, 
we intend to add to slowly increasing number of the reported patients 
outside Japan, to raise the awareness of clinical dermatologists 
and dermatopathologists, for proper recognition and management 
of these patients, whom are usually not recognized or missed.

Case Report
 A 22- year-old man presented with a “recurring itchy rash” 

on his neck and upper back. The rash has been “coming and going” 
in the past few years with no apparent reason or particular seasonal 
exacerbation. With the impression of an eczematous process or 
atopic dermatitis, multiple courses of topical steroid treatments had 
been unsuccessfully tried in relieving the symptoms or controlling 
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the disease. The current episode had started approximately 2 weeks 
prior to his visit.  He was otherwise healthy, with no history of 
diabetes, recent dieting or fasting, medication use or weight loss. 
On physical examination, there were several erythematous, focally 
crusted papules, papulovesicles and macules with intermingled 
areas of reticular pigmentation on the lateral sides and nape of 
the neck, upper back and upper chest (Figure 1). Two biopsies 
were obtained from the papular and papulovesicular lesions. 
Histopathologic examination revealed similar findings. There 
was a superficial perivascular and focally lichenoid infiltrate of 
lymphocytes and admixed neutrophils. Neutrophils were seen in 
the spongiotic epidermis, as singly and also as small collections 
in the upper epidermal layers and subcorneal region. Focal partial 
necrosis of the epidermis was also present. There were scattered 
apoptotic keratinocytes in the adjacent skin. The surface was 
crusted (Figures 2A-C). A PAS stain was negative for fungi. 
Although histopathologic differential diagnoses included a 
traumatized spongiotic and lichenoid drug reaction, an unusual 
lichenoid contact/photo-contact or irritant dermatitis and probably 
PP (in the clinical context), after reviewing the clinical pictures, 
the diagnosis of prurigo pigmentosa was established with certainty. 
This clinicopathologic correlation was most beneficial to the patient 
who had suffered for such a long time from this bothersome non-
steroid responsive itchy rash. When the patient returned within 
a week to be initiated on antibiotic treatment, the overwhelming 
majority of the erythematous papular and papulovesicular lesions 
had already been subsided, with some residual mottled and 
reticulated hyperpigmentation (Figures 3A,B). There was no more 
itching and therefore, he agreed not to start any antibiotic treatment 
in this episode.

Figure 1: Erythematous individual papules, coalescing papules forming 
small plaques and rare papulovesicles, some excoriated, in association 
with mottled and reticulated pigmentation on the neck and upper back.

Figure 2A: Biopsy of a papular lesion, showing superficial perivascular 
infiltrate of lymphocytes with many neutrophils, associated with exocytosis 
of neutrophils into the overlying spongiotic epidermis. (hematoxylin-
eosin, 10X).

Figures 2B,C: Collections of neutrophils in the epidermis, associated with both individual cell necrosis and larger foci of epidermal necrosis. 
(hematoxylin-eosin, 20X,40X).
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Figures 3A,B: Resolving lesions, associated with resultant reticulated and mottled pigmentation.

Discussion
Prurigo Pigmentosa (PP), is a rare or rarely diagnosed and/

or reported dermatosis, first described by Masaji Nagashima in 
1971[1,2]. Although most reported cases in the literature belong 
to Japanese patients, some individual and small series with this 
disease have also been reported in non-Japanese population [3-10]. 
Cases documented from U.S. are still very small in number, less 
than 10 to date [11-13]. The reports indicate a higher female:male 
ratio, with most cases developing in the adolescent or young 
adults, however, the disease has also been reported in children or 
older patients [13]. The etiology of PP is still unclear with many 
candidates having been proposed as either the initiator of the disease 
or strongly associated with it. These include fasting, prolonged 
diet and ketone-induced conditions such as post-bariatric surgery 
[14-17]. Also, infectious etiologies such as H. pylori infection and 
bacterial folliculitis have been speculated as either associations or 
potential pathogenesis [18,19]. Contact allergy to chromium, nickel 
and an atopic diathesis are among reported associations [20-22]. 
Occurrence of PP in pregnancy has been reported [23]. Positivity 
of ANA may be a coincidence rather than a significant association 
[24]. Adult Still’s disease has been reported in association with a 
PP-like eruption [25]. There appears to be increased frequency in 
spring and summer time [21].  

•	 Clinically, the lesions of PP are centered on the trunk with 
particular localization to the neck, upper chest, upper and 
lower back in a more or less symmetrical fashion. Only rarely 
the forehead or arms have been affected. The lesions have a 
recurrent nature and once they appear, it may take about a 
week or two for them to subside. The reticular arrangement 
of the lesions is the most typical characteristic of the disease. 
The original early lesions are erythematous macules, 

maculopapules or urticarial papules which evolve into more 
evident papules, papulovesicles, vesiculopustules and small 
plaques with signs of excoriation and crusting on the surface.   
The lesions eventually subside to leave behind a mottled 
and reticulated hyperpigmentation. The latter feature is seen 
mostly in non-caucasian population. Therefore, the disease has 
a dynamic nature and based on the stage in which the biopsy is 
performed, one sees different histopathologic manifestations. 

•	 Histopathologically, PP has been shown to have distinctive 
features which correspond to the evolutionary phase of 
the disease [3,26]. Initially, where the lesions are in the 
early macular or urticarial papular stage, on sees papillary 
dermal edema associated with mild superficial perivascular 
infiltrate of lymphocytes and predominantly neutrophils 
with focal exocytosis. Neutrophils are usually seen in the 
upper parts of the epidermis, especially in the subcorneal 
area. There are rare necrotic keratinocytes in the epidermis. 
As the lesions become more established and clinically 
appear as papulovesicles, vesiculopustular or coalescing 
plaques, the histologic examination reveals a spongiotic or 
vesiculospongiotic and to some extent lichenoid dermatitis, 
with collections of neutrophils in the epidermis (neutrophilic 
spongiosis). Numerous necrotic keratinocytes and larger areas 
of epidermal necrosis (necrosis en masse) with accompanying 
ballooning can be seen.  Inflammatory infiltrate becomes 
denser and eosinophils can also be present in addition to 
lymphocytes and neutrophils. Evidence of excoriation due to 
itching is sometimes present. In the later stages, the density of 
inflammatory infiltrate subsides with a lymphocyte dominant 
feature and mild spongiosis, vacuolar interface changes and 
scattered necrotic cells. There is overlying parakeratotic scale 
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crust. Especially in non-caucasians, there is an associated 
postinflammatory pigmentary alteration, as characterized by 
presence of melanophages in the papillary dermis. 

The clinical differential diagnosis of PP includes allergic 
contact or photocontact dermatitis, lichen planus pigmentosus, 
confluent and reticulated papillomatosis of Gougerot-Carteaud, 
and less likely erythema dyschromicum perstans (late pigmented 
stages). However, these entities can be distinguished on a 
histopathologic level and based on the distinct clinical presentation 
of PP.  Histological differential diagnosis may include a drug-
induced neutrophilic and spongiotic dermatitis, photo-induced drug 
reaction, allergic contact or irritant dermatitis, less likely dermatitis 
herpetiformis, neutrophilic or connective tissue disorders.   
Therefore, a strong clinicopathologic correlation and reviewing 
the clinical pictures along with histopathologic evaluation is of 
utmost importance in arriving at an accurate diagnosis and proper 
management of the patients.  Most of the time, in any given 
recurrence of the disease, the lesions resolve spontaneously.  This 
was the case in our patient, where upon his second visit within 
a week for providing potential medical treatment, we witnessed 
that the majority of very itchy papules/papulovesicles had already 
subsided with residual pigmentation. Accordingly, we did not 
administer any medication and only advised him to visit us as 
soon as the lesions return so the treatment can be started earlier to 
perhaps shorten the resolution period. We plan to carry out a patch 
test on the patient to rule out any underlying allergic diathesis. 

As this is a mostly neutrophil-mediated dermatosis, PP 
responds well to minocycline, doxycycline and dapsone. These 
drugs inhibit the chemotaxis of neutrophils in addition to being 
anti-inflammatory [3,26-28]. Macrolide antibiotics have been 
shown to be effective in patients not responding to minocycline 
[29]. Of interest, the disease does not respond to corticosteroids [3].   
This was also the case in our patient who had been unsuccessfully 
treated with different strengths of topical steroids under the 
diagnosis of eczema for years.

Conclusion
Prurigo pigmentosa, although described as a “rare disease” 

in the western countries, may very well be an under-recognized 
clinicopathologic entity. We believe PP should be introduced and 
reported more often so that dermatologists and dermatopathologists 
become more aware and familiar with it and perform more 
accurate evaluation in these patients who have a rather distinctive, 
yet variable clinical and histopathological presentations. By this 
report we intend to share our findings and help raise this awareness. 
We emphasize on active communication between dermatology 
practitioner and the dermatopathologist, at least by providing 
information on clinical presentation and distribution pattern of the 
lesions. By doing so, an accurate diagnosis will be made in light of 

strong clinicopathologic correlation and high index of suspicion. 
On the other hand, patients can be educated and managed properly, 
without empiric use of corticosteroids. The use of antibiotics can 
also be discussed with them due to the spontaneous nature of 
involution of the lesions. As presented in our patient, we did not 
prescribe any medication, due to the fact that the symptoms were 
improving and becoming much tolerable.
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